



要旨 :症例は77歳女性.皮下出血を主訴に近医入院となり,Hb 6g/dl,PT 96%,APTT
76 secと高度の貧血および凝固能の異常,出血傾向が持続 した。精査加療目的で当科紹介受
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入院時現症 :身長 155cm,体重 42kg.意識清明






















と上昇,間接型優位のビリルビン増加 (T Bil 17























500 mg×3 days)と急性出血に対 して遺伝子組換
え活性型第Ⅶ因子 (rFⅦa)製剤36 mgによるバイ
パス療法が行った ステロイ ドパルス療法後PSL





製 剤 14 4 mg投与 を行 った。そ の後 PSL 60 mg
+Cyclosporine A(CyA)100 mg投与を開始 したが,
出血症状が遷延し輸血依存性であり治療効果は不十
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Ph 25.0x 10{ /r I Plc 'l'0 lt g/inl
,- . D-Dimer 21.4 ,tgr'ml(lnmmlow) PAI-I 37.2 ng/mlRF (-) TM 1z.1ng/mr
aNA (-) (Tmr marker)
LA (-) dL2-R 283 tu/mt
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〈Chemistryp
TP    6.Og/d:
Alb  3.l grdi
T‐Bi:  1.7 urdl
D‐Bi1  0 2 rnヴdi
AST    45:Uノl
ALT   23 1U′l
LDH   555 1U/1
BUN 14.4N/di
Cr  O.46 mgrdi
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Ⅳ.結   語
当院において後天性血友病 (抗第Ⅷ因子インヒビ
ター)の1例を経験した
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A case of Acquired Hemophilia
(inhibitor of coagulation factorVlll)
Takuya Yasi, Takayoshi Tachibana, Hiroshi Fuseya,
Motoki Aoki, Hitomi lto, Jun Tasuchi
Department of Hematology, Shizuoka Red Cross Hospital
Abstract i Acquired hemophilia is a very rare life-threatening disorder with an inci-
dence of 1 per million persons per year. The cause of this hemorrhagic disease is
spontaneous development of autoantibodies against the factor VII in individuals with
previously normal coagulation. Compared with alloantibodv inhibitor patients, the
incidence of acquired hemophilia is higher in older population. The occurrence in as_
sociate with underlying disease such as autoimmune diseases, malignancies and use
of certain antibiotics has been also described. Because the bleedins patterns in the
disease are more severe, a recent review reported an overall mortality of 20%. we re-
port a case of acquired hemophilia.
A 77 year-old female presented with severe subcutaneous hemorrhage and
intramuscular hematoma in her extremities and breast. On the initial laboratory ex-
amination, although activated partial thromboDlastin time was noted. To make a di_
agnosis of acquired hemophilia, low' plasma level of factor VII and high-titer of factor
\4ll inhibitor was conformed. Because the inhibitor level was hish and the need to
immediately control acute hemorrhagic complication, recombinant factor VIla concen-
trate was intravenously administered. Thoush at the same time administration of
immunosuppressant composed of predonisolone and cyclosporine A, the bleeding dia-
thesis was controlled poorly. To eradicate the inhibitor to restore the normal coagu-
lation, the immunosuppressive was altered
combination of predonisolone and cyclophosphamide.
As the inhibitor titer gradually decreased, the massive
hematoma disappeared without additional \4la admini-
stration.
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